Except for a few broken fibrils elastic tissue is absent (fig. 2 ). The cutis shows no infiltration and no inflammatory changes.
1 IG 2.Section shcoung disappearance of elastic tissule Comm1^enlt. Tihe connlectixe tissule n&vus is seemingly rare as only afewv have been recorded. 71 he nmalformnation may arise from any component of the connective tissue.
Gutmann distinguishes tw o main types, one where only the collagen is affected and the bundles become hvpertrophied and homogeneous, the other whlere the change is in the elastic tissue which is either absent or destroyed, and this change may be confined either to the papillary and subpapillaryr layers or to the deeper part of the cutis.
Disculssion-.DI-. F. PARKRES \\-EBER: Dr. l3camber has stated that The connective tissue narvus is seemingly rare ". This might be so from the dermatologist's point of view, but I do not think it is so extremely rare in patients with epiloia. It is found esp0eciallyV in those having tuher-ous sclerosis of the brain, and this pzatient is one, as the ep)ileptic fits mak cjquite certain. W\hen collections of such patients are seen in some of the asyrlums or clinics for defective children, this typ)e of connective tissue nbevus is not found to be so veryrare.
The CHAIRMAN: IS it nearly alw-ays associated wvith adenoma sebaceum or does it occur independently ? Dr. PARKE;S WVEIER: Cases of tuberous sclerosis of the brain are associated with the Pringle's or telangiectatic typ)e of adenoma sebaceum, but cases of adenoma sebaceum of the Pringle type do not alwgays have tuberous sclerosis, and I am not sure whether this connective tissue kind of nxevus has been described in those which have not g-ot tuberous sclerosis of the brain.
Congenital Atrophy with Reticular Pigmentation.--H. W. GORDON, M.C., M.R.C.P. Girl, aged 12. Pigmentation was first observed on the sides of the neck six years ago, which was assumed to be sunburn. It did not, however, fade but slowly spread down the trunk.
Throughout six years the involvement of the trunk and the increasing depth of the pigmentation have been progressive. From the commencement it has been noted that white islands have been present on the sides of the neck, axillke, and groins. The hair has always been rather thin and scanty but during the last two years it has definitely been falling out and the scalp has become rather scaly. The hands have become red and have the appearance of becoming slightly " shrivelled up
The general health and intellectual development have been normal. Both parents, and a brother aged 8, are perfectly normal. Exposure to sunlight is said to have no effect on the pigmentation. On examination.-The hair is abnormally thin and short, though the scalp is adequately covered. The scalp has been treated for the past year and is said to be much less scurfy than previously. It is, however, slightly atrophic and scaly and shows signs of reticular pigmentation.
The whole trunk back and front is deeply pigmented, the tint being dark brown. tending to become black in the groins, axillae and sides of the neck. In these areas there is a well-marked reticular formation. Small islands of white skin up to a split pea in size are surrounded by fine strands of pigmentation. The hands up to the wrists are reddish and the skin is slightly wrinkled-on the wrists the veins show through abnormally clearly. The appearances are those of acrodermatitis Herxheimer.
The feet show the same changes but to a much lesser degree. Both big toe nails are thickened-in one this is said to have resulted from an injury.
The mucous membranes are normal. Further investigation has been impossible. The patient has been on a small dose of thyroid extract for four months and it is thought that the condition of the scalp has improved and the pigmentation is no worse.
This patient belongs to a rather ill-defined group in which pigmentary disturbance of a congenital nature sometimes exists together with abnormalities of the skin appendages. The American literature, as far as I have been able to discover, contains three references to this group. The most recent is that of Becker, 1939 (Arch. Dermlat. & Syph., 40, 987) when an affection of three sisters is described under the title of a familial pigmentary anomaly. All three had an identical reticular pigmentation of the sides of the neck.
This had persisted since infancy and was uninfluenced by ultra-violet light. A section showed melanin in the basal portion of the epidermis. There were few chromatophores. and fev melanoblasts could be identified, none being of a dendritic type. In the discussion which followed, both Cole and Engman regarded these patients as belonging to a group of which they had described examples. Cole, 1930 (Arch. Dermat. & Syph., 21, 71) , published his under the title of " Dvskeratosis Congenita with Pigmentation". The patient was a bov of 20 who since infancy had suffered from this peculiar pigmentation of the neck and chest together with recurrent blisters on the heels and a dystrophv of the nails. The anterior two-thirds of the tongue were glazed and of a whitish appearance. His hands up to the wrists suggested acrodermatitis Herxheimer. The nails had their base fixed to the skin and were grooved.
Engman, 1935 (J.A.AMI.A., 105, 1252), described two brothers whose condition was similar. They had been under observation for about ten years. The earliest lesions were leucoplakia of the tongue and small ulcerations of the mucous membrane, which occurred at the age of 7 and refused to heal. The finger-nails then became atrophic and ceased to grow. Pigmentation occurred at 12 and increased until it became stationary. The jaw, neck, forearms and trunk were all affected-the reticular lacework pattern being present markedly on the neck. The hands were reddish and slightly atrophied, suggesting acrodermatitis Herxheimer. The scalp was dry and coated and the hair thin and lustreless-the eyebrows were absent.
Engman regarded the netlike pigmentation with white islands as the most fundamental characteristic of the condition-atrophy of the epithelial structures being a further feature.
He described his cases under the title " Congenital Atrophy with Reticular Pigmentation
The present case exhibits a more widespread and more marked pigmentation than existed in the aforementioned cases.
It may be that this reticular pattern is not uncommon in pigmentary anomalies of whatever sort, but the localization here is peculiar-i.e. neck, axille, and groins. In addition, whole islands are scattered over the abdomen. The face is not pigmented at all but on the scalp there is a suggestion of a similar process as has occurred on the body, together with a fine atrophy.
Discussion-.Dr. PARKES WEBER: TIhis is a form of combined ectodermal dystrophy with certain characteristic features. The first feature is the extraordinary pigmentation of the neck which one might roughly call reticulate. An interesting point is that the total amount of pigment may not be actually increased, because the pigmented areas are sprinkled wvith numerous whitish spots. The second feature is the condition of the scalp. The hair is atrophic and reminds one of several of the known ectodermal dystrophies of the scalp, some of them with moniliform hairs. The third feature is the condition of the finger-nails, which are obviously abnormal. The free portions of the nail are of an opaque whiteness compared with the normal nail. The toe-nails seem not to be abnormal save for both the big toe-nails. All these things put together form a striking picture: the pigmentation of the neck, the condition of the scalp and the hair, and, lastly, the abnormality of the finger-nails and of the nails of the big toes. If all the American cases showed this particular type of pigmentation of the lower part of the neck one might group this case with them.
The CHAIRMAN: Does Dr. Parkes, WVeber consider the skin of the hands to be abnormal ? Dr. PARKES WEBER: There is certainlv some hvperkeratosis of the hands. That would be the fourth of the features I have noticed, and in addition to that the patient has acrocyanosis of the hands.
The CHAIRMAN: There is no doubt that this is a congenital defect of an extraordinary nature. I do not agree that there is acrocyanosis in the ordinarily accepted sense.
The body shows pigmentation of a sort of cafe all lait colour and the scalp is similarly affected.
Case for Diagnosis (Persistent Erythema).-C. H. WHITTLE, M.D. C. G., a man aged 40, a smallholder. First seen on 5.11.39, when the condition had been present for two weeks. He presented an eruption which, starting between the shoulder-blades, had rapidly extended over the greater part of the trunk, arms and legs, btut had spared the face, wrists, and lower legs. It consisted of raised, bluish-red, confluent sheets with very sharp edges, and the appearance was " geographical ". At the outset he suffered from fairly severe pruritus and was depressed and short of sleep.
General condition good. No palpable splenic enlargement. Enlarged firm glands felt in both groins.
No diagnosis was made and the treatment given, general ultra-violet light and arsenic internally, was merely to relieve the irritation, which it appeared to do. No abnormal forms seen.
Course.-The sheets have broken up and the affected areas have steadilv diminished in size leaving pigmented skin (? from ultra-violet light and arsenic) without scarring except where he has occasionally scratched. His general health has been good and he is now comfortable. There has never been any appreciable scaling.
Comment.-The features are the persistent erythema which came out rapidly-a raised figurate bluish-red erythema, very itchy, and making the patient extremely miserable. No biopsy has been done because he has been improving ever since he was first seen.
The question of mycosis fungoides was, of course, thought of, but in my view that diagnosis is unlikely. I would not in such a case expect it to clear as it is doing, apparently completely, in parts. The general condition is good. There are no enlargements, apart from the glands found originally enlarged in the groins, and a recent bloodcount was normal.
This man has had both arsenic and ultra-violet light, which may account for the pigmentary changes. I think the scarring which appears on the back in one or two spots is simply from abrasions due to scratching. I can only attempt to classify this case as persistent erythema, possibly one of the erythema multiforme group.
Discussion-.Dr. G. B. DOWLING: A similar case was recently under my care: a middle-aged woman whose eruption consisted at first of isolated red infiltrated patches, which eventually became confluent and almost universal. Thorough investigations had been carried out by Drs. Macleod and Muende and by Dr. Warner at Charing Cross Hospital, and she had also been at the Hospital for Tropical Diseases before I saw her. Everything was entirelv negative except for the histology of the skin. This showed a moderately dense infiltrate containing large numbers of endothelial cells; some of these were clumped like multinucleated cells. This, in conjunction with adenopathy of many of the superficial glands, led to the diagnosis of ? reticulo-endotheliosiis, but histological examination of more than one gland did not reveal the changes found in lymphadenoma. I have another closely similar case. Dr. WV. N. GOLDSMITH: I have also a case verv similar to this, wRith these rather soft cushionv infiltrates and intense itching. The histology, in the opinion of Dr.
